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ABSTRACT
Background:We report a case of Sjögren’s syndrome with pulmonary involvement resembling that seen in
Wegener’s granulomatosis. The patient was a 69-year-old woman who presented with a three-week history of
persistent cough and fever. The chest radiograph and CT scans revealed multiple consolidations in the middle
and lower lung fields bilaterally．
Methods & Results: Lung biopsy specimens obtained by video-assisted thoracoscopy showed infiltration of
the alveoli by lymphocytes with scattered neutrophils, and microscopic vasculitis of the small arteries. The pa-
tient tested positive for antineutrophil- cytoplasmic antibodies (ANCA) against myeloperoxidase (MPO-ANCA)
and for anti SS-A & SS-B antibodies ; however, the test for ANCA against proteinase 3 (PR3-ANCA) was
negative．
Conclusions: Based on the presence of the clinical features of the sicca syndrome and positive findings on
Schirmer’s test and sialoscintigraphy, the patient was given a diagnosis of Sjögren’s syndrome with Wegener’s
granulomatosis-like involvement of the lungs. Neither upper airway nor renal involvement was detected．
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INTRODUCTION
Wegener’s granulomatosis (WG) is a relatively un-
common condition that involves mainly the upper and
lower airways, and the kidney.1 It is pathologically
characterized by necrotizing granulomatous vasculi-
tis of the medium andor small arteries and veins. On
the other hand, Sjögren’s syndrome (SS) is a more
commonly encountered autoimmune disorder in
which various types of pulmonary involvement, but
rarely pulmonary angiitis , have been reported. We
encountered a case of primary SS with pulmonary
nodules showing the characteristic features of WG．
CLINICAL SUMMARY
A 69-year-old woman was admitted to our hospital
with a three-week history of cough and fever. Body
temperature on admission was 37.1 degrees C, and
her blood pressure and pulse were normal. The labo-
ratory findings at admission were as follows : hemo-
globin, 9.5 gdl; normal total and differential white
cell count ; ESR, 135 mm in the first hour ; CRP, 2.90
mgdl; serum total protein 8.4 gdl (IgG, 3129 mgdl
; IgA, 438 mgdl ). The patient tested positive for
rheumatoid factor, antinuclear antibody (×86.8), anti-
SS-A antibody (×256), and anti-SS-B antibody (×32).
The serum level of myeloperoxidase-anti-neutrophil
cytoplasmic antibodies (MPO-ANCA ) was 19 EU ,
while the test for proteinase-3 ANCA (PR3-ANCA)
was negative. The urinalysis and renal values were
normal. The chest X-ray revealed multiple nodules in
the middle and lower lung fields bilaterally (Fig. 1).
Chest CT revealed the presence of large and small
nodules without cavitation bilaterally (Fig. 2). The pa-
tient had a six-month history of symptoms suggestive
of the sicca syndrome , such as dry eyes and dry
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Fig. 1 Chest radiograph on admission showing multiple 
nodules in the middle and lower lung fields bilateraly .
Fig. 2 CT scan showing multiple consolidations in the lo-
wer lobe bilateraly .
mouth, but there was no evidence of involvement of
the ears, nose or upper airway. Schirmer’s test result
was 2 mm bilaterally, and the Rose Bengal test was (+
+). Sialoscintigraphy was strongly positive, with poor
visualization of the parotid glands and submandibular
glands bilaterally and poor response to stimulation.
Sialography and lip biopsy were not performed be-
cause the patient refused to give consent for these
procedures．
PATHOLOGICAL FINDINGS
Video associated thoracoscopic surgery was per-
formed to obtain biopsy specimens for characteriza-
tion of the lung involvement . Histopathological ex-
amination of the lung biopsy specimens revealed infil-
tration of the alveoli by lymphocytes with scattered
neutrophils, and microscopic vasculitis of the small
arteries . Granulomas with multinucleate giant cells
were detected in the lung (Figs. 3(a), (b)). These
findings were pathologically consistent with the diag-
nosis of WG, associated with limited involvement of
the lung ( Table 1 )．
DISCUSSION
Considering the presence of sicca symptoms, positive
findings on the Schirmer’s test and sialoscintigraphy,
and positivity for anti SS-A and SS-B antibodies in the
absence of any associated collagen vascular disease,
this patient had a definitive diagnosis of SS.2 On the
other hand, considering the negative test for PR3-
ANCA and the localized distribution of necrotizing
granulomatous vasculitis in the lung, the diagnosis of
atypical WG was also considered. Thus, there were
three possible diagnostic interpretations of the find-
ings in this case : SS associated with WG-like pulmo-
nary disease involvement , WG associated with the
sicca syndrome due to vasculitis in the salivary
glands and eyes, and coincidental existence of both
conditions．
SS may be classified as either primary SS or secon-
dary SS. In the primary form, dry eyes and dry mouth
usually occur alone, without other associated connec-
tive tissue disease. On the other hand, in secondary
SS, dryness often occurs in association with other
connective tissue diseases, most commonly rheuma-
toid arthritis. Patients with SS are reported to have an
ever-increasing list of systemic manifestations, includ-
ing involvement of the lung, kidney and nervous sys-
tem. Although many types of pulmonary involvement
have been described previously,3-5 the prevalence of
pulmonary involvement in this condition has not been
definitively established, with a wide range of reports
varying from 19 to 75%. Xerotrachea, bronchitis, bron-
chiolitis and interstitial pneumonia are relatively com-
mon. Amyloidosis and lymphoproliferative disorders,
such as LIP, pseudolymphoma, and malignant lym-
phoma have also been reported in SS.6-13 Granuloma-
tous or other types of angiitis has also been reported
as a type of pulmonary involvement in SS.13,14 How-
ever, only three cases of SS with WG-like pulmonary
involvement have been reported previously in the lit-
erature.15-17
Indeed, our patient did not present with the classi-
cal triad of WG, although the diagnosis of a limited
form of WG could be considered. There are several
reports of patients with WG presenting with isolated
lesions of the submandibular glands , 15,18-20 salivary
glands15,18-22 and sclera.18,19 A review of the reported
cases in the literature suggests that salivary gland in-
volvement may be associated with the limited form of
WG. In most cases, the chief complaints are salivary
gland enlargement, jaw pain and difficulty in opening
the mouth, but symptoms of dry mouth are rarely re-
ported. The gold standard for the diagnosis of WG re-
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Fig. 3 Biopsy specimens showing iregular infiltration of the alveoli by lymphocytes with scatered neutrophils, and necrotizing 
vasculitis of the smal blood vessels. (a) H.E. ×400 (b) EVG ×400
a b
Table 1
Final Clinical
Status
Drug
Regimen
Organs
involved
Immunological MeasuresAge/SexReporter/year
Ful remission
PSL
AZA
L
SS-A・B (＋)
PR3-ANCA (＋)
65/FC Young 2000
Ful remissionPSLLPR3-ANCA (＋)
ANA (＋), RF (＋)
61/FKarargyris G 2000
Ful remissionCPA 
mPSL
pulse
E, K
Salivary 
gland
PR3-ANCA (−)
MPO-ANCA (＋)
63/FBötinger EP 1992
Ful remissionPSLL, KRF (＋), SS-A・B (＋)
PR3-ANCA (−), ANA (＋)
MPO-ANCA (＋)
69/FThe present case 2002
E: upper respiratory tract, L: lung, K: kidney
ANA: antinuclear antibodies, PSL: prednisolone, CPA: cyclophosphamide
AZA: azathioprine
A table showing the diferences in the characteristics among 3 cases and the present case.
－
mains the PR3-ANCA assay. However, in our case,
the test for PR3-ANCA proved negative, while that for
MPO-ANCA was positive. On the other hand, 15―33%
of cases of WG may be negative for PR 3-ANCA ,
therefore PR3-ANCA assay alone is not sufficient to
make the diagnosis of WG , and histopathological
study is required for a definitive diagnosis.20
A study to evaluate the prevalence of ANCA in pa-
tients with primary SS reported that the presence of
ANCA correlated positively with the presence of ex-
traglandular and immunological manifestations
in SS.23 Furthermore, ANCA positivity may be found
in 11% of patients with primary SS (8.6% had MPO-
ANCA and 2.4% had an atypical staining pattern), and
its detection is associated with the presence of clini-
cal manifestations attributable to vascular involve-
ment (cutaneous vasculitis , peripheral neuropathy ,
and Raynauld’s phenomenon)．
There have been few reports of SS associated with
a specific diagnosis of WG. The relationship between
the two conditions remains unclear. It is the possible
that Wegener’s granulomatosis observed in associa-
tion with Sjögren’s syndrome is an atypical presenta-
tion as compared with that of classical WG in terms of
severity, sites of involvement and immunoserology．
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